Introduction {#S0001}
============

Cystic hygroma is an uncommon benign cyst caused by a congenital malformation of the lymphatic vessels. They mainly occur in the head and neck, but may be found anywhere. Sites other than head and neck region include the thoracic wall, the shoulder, intra abdominal region, pharynx and mediastinum \[[@CIT0001]--[@CIT0005]\]. These cysts that make up a lymphatic malformation vary in size from a few millimeters to more than several centimeters in diameter \[[@CIT0006]\]. They are often solitary and can accompany chromosomal and Mendelian abnormalities such as Turner syndrome, Down syndrome and trisomy 13 & 18. They occur predominantly in the cervicofacial region in children \[[@CIT0001]--[@CIT0005]\].

Case report {#S0002}
===========

An 18-year-old male came to the department, with a painless swelling in the lower third of face since birth for which the patient got operated when he was one year old. The swelling gradually increased to the present size and it crossed the midline to involve the right side of the face after the surgery. The patient also complained of pus discharge followed by discharge of blood for one month. There were no other associated symptoms.

Extraoral examination showed a solitary swelling in the lower jaw crossing the midline measuring about 12 × 8 cms with multiple sinus openings with blood discharge. Margins were ill-defined and crustations were present on the surface of the lesion. The surface on palpation was lobular, soft to firm in consistency and freely movable. A tender lymph node was palpable in the right submandibular region. Intraorally, a solitary swelling was seen in the left buccal mucosa extending from the left angle of the mouth to the distal of 37, obliterating the vestibule from 41 to 36 and also extending 1cm above occlusal plane. Multiple papular elevations were seen on the buccal mucosa over the fluctuant swelling which was nontender.

The blood picture was normal except for increased ESR (60/mm 1st hr). Orthopantomograph and lateral cephalogram revealed soft tissue shadow with no bony involvement. Computed tomography showed non homogenous mass of soft tissue density in the buccal aspect with no evidence of bone destruction which gave an impression of benign non-enhancing lesion of soft tissue mass. A provisional diagnosis of haemangioma was made with differential diagnosis of lymphangioma and rhabdomyoma.

![Extraoral photograph taken 10 years back and at present.](LJM-4-160-g001){#F0001}

The incisional and excisional biopsy of the swelling intraorally revealed many dilated cavernous lymphatic channels filled with coagulum close to overlying hyperplastic oral epithelium. Extraorally, enumerable dilated vascular lymphatic vessels of varying configuration containing RBC\'s and pale eosinophilic coagulam were observed. Thin flattened vessels lined by endothelium, scattered inflammatory cells, small lymphoid aggregates and adipose tissue were also evident. Longitudinal and transverse sections of muscle tissue and extravasated RBC\'s in fibrous stroma were seen throughout the sections. The lesion was not encapsulated. With the above mentioned features a diagnosis of cystic hygroma was made.

![axial CT section with contrast media showing extension of lesion.](LJM-4-160-g002){#F0002}

![Photomicrograph revealing many dilated cavernous lymphatic channels filled with eosinophilic coagulum (Haematoxylin and Eosin section Orginal magnification 40 X).](LJM-4-160-g003){#F0003}

Discussion {#S0003}
==========

Cystic hygroma, known as cystic lymphangioma is a benign tumour of the lymphatic tissue \[[@CIT0007]\]. Approximately 65--75% of the tumours are present before the age of 1 and about 90% of the lesions occur prior to the end of the second year of life \[[@CIT0008]\]. Occasionally they may be seen as late as the fourth or sixth decade \[[@CIT0009]\]. The reason these lesions remain dormant for such a period of time is unknown, but it is speculated that local infection may precipitate the growth of a previously unrecognized lesion. Others have implicated specific factors such as infection, tumour or trauma \[[@CIT0010]\]. They are thought to be the result of failure of connection between clusters of blind lymph sacs in the neck and the lymphatic channels normally present during foetal development, so most cases are encountered at birth or in early infancy \[[@CIT0011]\].

Small cystic hygromas usually present with an asymptomatic swelling during development. Enlargement may be rapid secondary to an upper respiratory infection. However, some of those with extensive cervicofacial cystic hygroma may develop symptoms related to compression of airway and pharynx, or more severely, acute respiratory embarrassment and airway obstruction \[[@CIT0011]\]. Adult cystic hygromas are rare, and affect mainly the cervicofacial region. Although patients could be without symptoms, some children develop respiratory, speech and feeding difficulties. Those who had symptoms, had inflammation and infection in neck, exertional dyspnoea, chylothorax, and symptoms related to constrictive pericardititis \[[@CIT0004]\].

Complete surgical excision at an early point in time is the treatment of choice \[[@CIT0012]--[@CIT0014]\]. Surgery should be done with care to avoid leaving islands of tissue to act as foci for recurrence \[[@CIT0015]\], indeed a 20% rate of recurrence has been reported \[[@CIT0014]\]. Surgery should be carried out with care to avoid injuring the entangled structures such as hypoglossal, vagus and lingual nerves. The branchial plexus, the sympathetic chain, the carotid sheath contents and lower branches of facial nerves are also important structures to be avoided \[[@CIT0012], [@CIT0013]\]. Facial paralysis, vocal cord paralysis and shoulder weakness are symptoms of neural encroachment but are uncommon \[[@CIT0016]\]. Other complications include sepsis, infection and fistula formation \[[@CIT0017]\]. In very young children, the blood loss associated with a major procedure and the danger of inflammatory complications could cause serious problems \[[@CIT0013]\]. Other treatment modalities have been reported, such as marsupialization, injection of sclerosing agents, an steroids, diathermy and radiotherapy in unresectable or persistent cases \[[@CIT0013], [@CIT0017]--[@CIT0019]\]. Injection of sclerosing agents into the lesion such as OK432 (a lyophilized mixture of group A streptococcus pyogenes of human origin), 50% dextrose, triamcinalone, bleomycin, fibrin sealant and hydrocolloid impression material has had some success. For recurrent cystic hygroma, intravenous cyclophosphamide and intracystic injection of OK432 have been advocated \[[@CIT0011]\]. However, when extensive recurrent cystic hygroma becomes symptomatic as in our case, a multidisciplinary surgical approach should be carried out to achieve the optimal functional and cosmetic outcome.
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